Dr Peter D Samman (London) Cutaneous Manifestations
The skin is involved in Hodgkin's disease in a large percentage of cases, but in most the changes are of a nonspecific character. True infiltration of the skin probably occurs in not more than 1-2% of cases and in most of these it is only a minor part of the disease, quite unlike mycosis fungoides where the skin lesions predominate throughout. At St John's Hospital for Diseases of the Skin there have only been 2 cases in the last ten years where skin involvement of a specific nature has been an important feature. The second of these two patients has been suffering from pruritus for ten years but only in the past few months have extensive nodules and ulcers occurred on the skin. The specific lesions of lymphadenoma differ in no way from similar lesions occurring in other reticuloseslymphosarcoma, reticulum cell sarcoma or leukeemia. They may be papular, nodular, tumorous or ulcerative and may fluctuate spontaneously or with treatment.
In addition to these two cases I have seen two other cases in recent years where specific nodules of lymphadenoma have been the presenting feature. In each of these two the lesions have been quite small and grouped but restricted to a small area of the body.
The nonspecific lesions of lymphadenoma on the other hand, are very common, probably occurring in over 30% of cases at some time during the course of their disease. Pruritus is the most common and may precede other evidence of disease for months or years. It often begins on the legs and moves upwards and may become universal. Cases which are particularly severe tend to have specially itchy points which the patient scratches until the surface is removed or is replaced by a blood crust. This appearance is often described as Hodgkin's prurigo. The individual lesions are often thought to be actual deposits but the histology is entirely nonspecific. The cause of pruritus remains unknown but the patient often shows other toxic manifestations and involvement of internal organs including retroperitoneal and mediastinal nodes should be suspected.
Pigmentation is also very common, and affects particularly areas which tend to pigment readily such as the major flexures and the nipples. It is not unlike the pigmentation of Addison's disease, except that mucous membranes are usually spared. Occasionally bizarre pigmentation occurs.
Change in skin texture is also common. This is usually confined to the lower limbs and consists of dryness and fine scaling. It may fluctuate with the course of the disease. In a few cases it becomes much more extensive and may even be universal. The skin then resembles a severe ichthyosis and this is described as acquired ichthyosis or ichthyosiform atrophy. Although this change can occur in other wasting diseases Hodgkin's disease appears to be the commonest cause in this country.
Hair fall may be due to various causes. Specific deposits, if they occur in the scalp, may produce a patchy scarring alopecia. Treatment with cytotoxic drugs may produce temporary or permanent hair fall. More subtle is the type of hair fall whiclh may occur if the disease affects vital organs such as the adrenals or pituitary. One patient, a 33year-old woman who looked very much older, had evidence of involvement of the pituitary. She died a few months after the onset of almost totat alopecia.
Herpes zoster is common in all reticuloses and lymphadenoma is no exception. It is often severe. Exfoliative dermatitis is often described as a complication but this is really very uncommon, and I have never seen a case.
Poikiloderma atrophicans vasculare is one of the so-called premycotic eruptions, i.e. a condition which may be the presenting feature of mycosis fungoides. The condition is characteristic in appearance and appropriately superficially resembles the end-result of an X-ray burn, consisting of a mixture of pigmentation arranged in a network, telangiectasia, scaling and a minor degree of atrophy. It is arranged in patches large or small on trunk and limbs. About 50 % of these cases progress to a reticulosis and although in the majority this is mycosis fungoides in a few cases it is lymphadenoma and indeed this was the termination of the first case described in the American literature which is usually taken as the type case of this disorder (Lane 1921 (Lane , 1923 .
The coexistence of lymphadenoma and other reticulosis is a feature well recognized but not often of much interest to the dermatologist. We do, however, occasionally see cases with lymphadenoma and Kaposi's haemorrhagic sarcoma occurring together when a dermatological opinion may be helpful in establishing the diagnosis. The diagnosis of intrathoracic Hodgkin's disease does not often cause difficulty, but when it does, problems of many types may be presented.
Intrathoracic changesenlargement of mediastinal lymph nodes, with or without superior vena caval (SVC) obstruction, infiltration of the lungs or rarely of the bronchial wall, or pleural effusionmay be the presenting manifestation, without evident extrathoracic changes, and in such cases the problem of diagnosis is that of obtaining material for biopsy by the safest and most convenient method.
In patients with extrathoracic as well as intrathoracic changes, the diagnosis will usually be established without difficulty by biopsy of a superficial lymph node, and the principal problem presented by lung changes is whether they are specific to Hodgkin's disease or due to some other disease. If there is radiological evidence of lung changes at the time of diagnosis, the problem is whether the lung changes are those of Hodgkin's disease or due to some unrelated and preexisting disease. Here it is always worth enquiring about previous chest radiography which, if available, will give evidence about the duration of the intrathoracic changes. If lung changes appear later in the course of Hodgkin's disease, the chief problem is whether they are due to an 'opportunistic' infection, encouraged by the immunological deficit imposed both by Hodgkin's disease itself and by the effects of treatment with cytotoxic drugs, corticosteroids and ionizing radiation. Such common infections as tuberculosis may be, in this context, opportunistic; fungi such as aspergillus and cryptococcus, viruses such as that of cytomegalic inclusion body disease, and protozoa such as toxoplasma may take advantage of diminished immune response and become invasive.
The possible causes of hilar and mediastinal lymph-node enlargement include primary and secondary neoplasms of many kinds, as well as other forms of lymphoma, tuberculosis and sarcoidosis. In cases presenting in this way, the diagnosis of Hodgkin's disease can be established only by biopsy. A careful search for a palpable lymph node should be the first step. If none is found either scalene node biopsy or mediastinoscopy should be the next step if Hodgkin's disease is suspected. Unfortunately, a 'distant' lymph node may show no specific change. In my view, unless there are contraindications, attempts to obtain biopsy evidence should be carried as far as thoracotomy, if necessary, before radiotherapy is started. Unfortunately, in the presence of SVC obstruction, it may not be possible to perform biopsy procedures safely, so that radiotherapy is evidently indicated in the hope of relieving symptoms. In such circumstances, confirmation of the diagnosis may have to await a recurrence of the disease, a situation that can give rise to various difficulties.
Probably the common cause of intrathoracic lymph-node enlargement without SVC obstruction which it is most important to recognize is sarcoidosis. Patients with sarcoid bilateral hilar lymph-node enlargement (BHL) are still occasionally exposed to the danger of receiving radiotherapy, from which they should be safeguarded. The BHL of sarcoidosis is either symptomless, in which case it is generally a finding at routine radiography, or associated with erythema nodosum, febrile arthralgia or both these. In the minority of cases in which there are extrathoracic manifestations ofsarcoidosis, the diagnosis should be readily established. In others, the very distinctive smooth polycyclic outline of the more or less symmetrically enlarged hilar lymph nodes, often accompanied by the right paratracheal nodes, should suggest the diagnosis. The need for biopsy in these circumstances varies inversely with the degree of confidence with which the total clinicoradiological picture is recognized. Either biopsy of a lymph node or a Kveim test may confirm, but a negative result from either procedure does not exclude the diagnosis of sarcoidosis. When the
